A young female presented to us with abdominal distension along with pedal edema. She had no prior medical or surgical history apart from a caesarean section done a few years prior. Initial workup showed low hemoglobin, low serum albumin and slight raised ESR. Her LFTs were slightly deranged. Ultrasound abdomen had evidence of portal hypertension along with splenomegaly. While ultrasound hepatic Doppler revealed a portosystemic shunt between the portal vein and the left hepatic vein, with a shunt ratio of 7.1%. CT scan abdomen confirmed these findings and a diagnosis of Type III intrahepatic portosystemic shunt and spleno-renal shunt was made. Since the patient was currently asymptomatic, she was advised regular follow-ups and was managed conservatively.
INTRODUCTION
Congential portosystemic shunts occur in 1 in 30,000 children [1] and are due to the persistence of the fetal circulation or due to the embryonic changes. These are rare vascular anomalies, which are also associated with Down's Syndrome.
CASE HISTORY
A 20-year-old female, having no prior co-morbids, presented to our outpatients' department with the complains of abdominal distension and swelling of her feet since the past 3 months. She had a history of caesarean section, which was done during her last child birth, 3 years ago. There was no history of liver disease, diabetes mellitus, abdominal trauma, use of oral contraceptive pills, alcohol intake, changes in her mental status or the use of any over the counter medications. Her general physical examination was unremarkable.
Her initial workup showed her viral markers to be negative (HbsAg, anti HCV). Laboratory investigations were all normal apart from a low serum hemoglobin (9.1 g/dL), low serum albumin (2.8 g/dL) and a slightly raised ESR (25 mm/h). Her liver function tests were slightly deranged with a total bilirubin 0.93 IU/L, direct bilirubin 0.29 IU/L, alkaline phosphatase (ALP) 144 IU/L, alanine aminotransferase (SGPT) 77 IU/L, aspartate aminotransferase (SGOT) 55 IU/L and gamma-glutamyl transferase (GGT) 18 IU/L. Ultrasound abdomen had shown evidence of portal hypertension with splenomegaly.
We proceeded with an ultrasound hepatic doppler, in which the liver was found to have a heterogenous texture with multiple hypoechoic areas scattered in both lobes. Hepatic vein, portal vein and hepatic arteries were all normal and patent. A portosystemic shunt was noted between the portal vein and the left hepatic vein, with a shunt ration being 7.1%. No signs of free fluid was evident.
In order to confirm her diagnosis, we proceeded with a computed tomography (CT Scan) chest abdomen and pelvis, which showed a liver of 13 cm having regular margins with no space occupying lesions noted. However, the portal vein was dilated though patent and had a tortuous intrahepatic part of its left branch, having an anomalous communication between the left branch of hepatic vein (Figure 1 ), representative of a type III intrahepatic portosystemic shunt. A splenorenal shunt was also noted between the splenic vein and left renal vein (Figures 2 and 3) . And multiple collaterals at the splenic hilum were seen (Figure 2) . A few sub centimeter paraaortic lymph nodes were also observed. No Ascites was noted.
Since the patient was asymptomatic, having no current or prior history of any ailments, we decided to manage her conservatively and she was kept on low dose lactulose along with iron supplements and advised to follow-up regularly.
DISCUSSION
Congenital portosystemic shunts are commonly divided as either intrahepatic or extrahepatic. [2] Their clinical presentation is variable, ranging from being either asymptomatic to having severe organ damage. [2] The extrahepatic shunts unlike their intrahepatic counterparts are associated with focal nodular hyperplasia, encephalopathy and regenerative nodule. [3] While the intrahepatic shunts are mostly due to blunt trauma or occur in Budd Chiari Syndrome. [3] No such cause could be identified in our patient. These shunts are divided into three types depending upon its course; the paraumbilical, the inferior vena cava type and a miscellaneous one. [4] Congenital portosystemic shunts are usually diagnosed on imaging, with a doppler ultrasound characterizing their nature and are used to calculate the shunt ratio. A shunt ratio which is of more than 60% needs to be treated in order to prevent further complications. [5] In our case, the shunt ratio was very low (7.1%). Magnetic resonant imaging (MRI) shows flow voids in the shunt region, while a transhepatic portography is the diagnostic test of choice to demonstrate the shunt. [6, 7] The treatment of choice for these shunts include transcatheter embolization and the use of surgical procedure like hepatic resection, shunt ligation and creating an alternative portosystemic shunt. [8] CONCLUSION Portosystemic shunts, even though are of rare occurrence, need to be identified and managed accordingly. Our case highlights the importance of imaging in such patients and the need of conservative management with a regular follow-up when these patients present without any symptoms.
